A L h e m a n gi o blastomas are ex c e e d i n gly ra re tumors. The fi rst case was described by B i e l s ch ow s ky 5 in 1902; since then ap p rox i m at e ly 83 cases have ap p e a red in the literat u re.
Case Report
This 3-week-old baby boy was re fe rred for eva l u at i o n of a head circ u m fe rence that had been gra d u a l ly ex p a n ding since birth. The child was the product of an uncomplic ated preg n a n cy. An ultrasound study at 28 weeks of ge st ation had shown no ab n o rm a l i t y.
Examination. P hysical ex a m i n ation revealed an alert bu t i rri t able ch i l d. The fontanels we re tense and bu l gi n g. Th e veins of the fo rehead we re prominent and the child wa s noted to have "sunset" eyes; otherwise, he was neuro l ogic a l ly intact. The hemat o c rit was within normal limits fo r his age.
C o m p u t e ri zed tomograp hy (CT) of the head revealed a l a rge, loculated cystic mass occupying mu ch of the left h e m i s p h e re, with a 2.5-cm inhomogeneous hy p e rd e n s e mu ral nodule at its medial aspect. Contra l at e ral ve n t ri c ul o m ega ly was also present. The child was placed under ge n e ral anesthesia and magnetic resonance imaging wa s p e r fo rmed wh i ch confi rmed the CT findings (Fi g. 1) .
Operation. The mass was exposed via a left fro n t o p a rietal cra n i o t o my. The tumor ap p e a red ch e rry -red and highly vascular (Fi g. 2). The mass was well circ u m s c ribed and no dural at t a chment was demonstrated; it was cl e a n ly sepa rated from the surrounding gliotic tissue and re m ove d intact. Fi g u re 3 shows the cut surface of the surgical speci m e n .
Pathological Examination. H i s t o l ogical ex a m i n ation of the surgical specimen revealed nu m e rous thin-walled va scular channels lined with plump and swollen endothelial cells. The cap i l l a ry stru c t u res we re sep a rated by nu m e ro u s ovo i d, va c u o l ated stromal cells. Mitoses and cellular at y pia we re absent (Fi g. 4).
Postoperative Course. The pat i e n t 's postoperat ive c o u rse was uneventful, and he was disch a rged home on the 12th postoperat ive day. In view of the possible association with von Hippel-Lindau disease, further fo l l ow -u p studies we re undert a ken. Results of a detailed funduscopic ex a m i n ation and a bilat e ral renal ultrasound we re both found to be normal. In addition, funduscopic and re n a l u l t rasound ex a m i n ations we re perfo rmed on both pare n t s and these results we re also without ab n o rm a l i t y.
Discussion
H e m a n gi o blastomas are benign tumors occurri n g ex cl u s ive ly within the neuraxis. Th ey account for 1.5% to 2.5% of all intra c ranial tumors. These lesions are most c o m m o n ly found in the cerebellum, and comprise 7% to 12% of all posterior fossa neoplasms.
1 2 S u p rat e n t o ri a l h e m a n gi o blastomas, howeve r, are ex c e e d i n g ly ra re, with ap p rox i m at e ly 83 cases rep o rted in the literat u re to d at e. 8 , 1 0 In the pediat ric population, suprat e n t o rial hemangi o blastoma is even ra re r. We have found only four prev ious cases of suprat e n t o rial hemangi o blastoma occurri n g in ch i l d ren under 10 ye a rs of age, 3 , 9 , 1 1 , 1 4 and at least one of these was thought to be an angi o blastic meningi o m a . 3 This distinction is re l evant because, in contrast to hemangi o blastoma, angi o blastic meningioma occurs most freq u e n t ly in the suprat e n t o rial compart m e n t .
2 C o n ge n i t a l t u m o rs are defined as those presenting in the fi rst 60 day s of life. 1 Of the four rep o rted cases of suprat e n t o ri a l h e m a n gi o blastomas, only one was found in a child under 1 year of age, 9 but the details of that case, including the exact age at pre s e n t ation, we re not pre s e n t e d. In 1936, B e rg s t ra n d, et al. , 4 d e s c ribed a case of congenital hemangi o blastoma, wh i ch we believe to be the only other rep o rted case of a hemangi o blastoma that was defi n i t e ly congenital. Howeve r, the location of the tumor within the b rain (suprat e n t o rial vs. infrat e n t o rial) was not specifi e d.
C o n t rove rsy exists in rega rd to the distinction betwe e n a true hemangi o blastoma and an angi o blastic meningi o m a .
8 , 1 2 Fre q u e n t ly, the histological picture of both t u m o rs is indistinguishabl e, 1 5 with the diffe rence being found mainly in the gross ap p e a rance and topograp h i c a l l o c ation. The presence or absence of a dural at t a ch m e n t was suggested by Cushing and Eisenhard t 6 to be the most i m p o rtant factor to consider in distinguishing the two tumor types; howeve r, Russell and Rubinstein 1 3 s t ated that a re l i able diagnosis could not be based on this fe at u re a l o n e. Th ey noted that angi o blastic meningioma is usually a solid tumor at t a ched to the dura, wh e reas hemangi o blastomas are often cy s t i c, with a mu ral nodule within the wall of the cyst, and lack a dural at t a chment. Th e s e findings, combined with the ch a ra c t e ristic gross and his-t o l ogical picture, confi rmed the diagnosis of hemangi o blastoma in our pat i e n t .
S u p rat e n t o rial hemangi o blastomas have been rep o rt e d to occur as a manife s t ation of the von Hippel-Landau c o m p l ex. This disease, howeve r, has not been present in the majority of cases 7 , 1 5 and was not found in our pat i e n t , nor was there a positive fa m i ly history.
In summary, we believe this to be the fi rst rep o rted case of a congenital suprat e n t o rial hemangi o blastoma. In add ition, we believe this to be only the second rep o rted case of c o n genital hemangi o blastoma occurring at any locat i o n within the brain. We stress the importance of defe rri n g f ro zen sections in cases of suspected hemangi o bl a s t o m a , as rep o rted by Ho, et al. 8 
